ABSTRACT | Williams-Beuren syndrome (WBS) is a rare genetic disorder characterized by peculiar facies, eyes, dental, cardiovascular, renal, and skeletal abnormalities, mental retardation, friendly and loquacious personality, and occasionally hypercalcemia in infancy. The orofacial aspects and especially the dental management of these patients have received little attention in the literature. The aim of this manuscript is to describe four cases of patients with WBS attended at Special Care Dentistry Center, School of Dentistry, University of São Paulo, with emphasis on the oral findings and systemic conditions of dental interest. The clinical management of patients with WBS is discussed. We conclude that congenital heart defects and behavioral changes are the aspects that most interfere on dental treatment.
INTRODUCTION
The Williams-Beuren syndrome (WBS) is a rare genetic disorder that occurs sporadically, with an incidence of 1:20,000 to 1:50,000 live births. It was firstly described in 1961 by the cardiologist John Williams, and in 1962 Beuren expanded the syndrome's features. It affects both sexes equally and seems to occur in all ethnic groups around the world. Individuals with this syndrome have peculiar facies, dental development disorders, eyes, heart, kidney, and skeletal abnormalities, mental retardation, friendly and loquacious personality, and occasionally hypercalcemia during infancy. 1, 2 Individuals with WBS present hemizygous microdeletion or deletion of contiguous gene in 7q11.23 region that alter the function of several genes, including those responsible for the production of elastin. 3 The diagnosis of the syndrome is clinical, but the confirmation occurs through identification of the gene deletion by fluorescent in situ hybridization (FISH) test. 4 Elastin is a structural protein of the extracellular matrix which composes 90% of elastic fibers and it is responsible for reestablishment of various tissues after distention. Elastin is organized into elastic fibers in the walls of arteries, skin, lungs, gut, cartilage, ligaments and joints as well as alterations in its synthesis can lead to cardiovascular problems, ligamentous laxity, and joint contractures. The typical facial appearance of individuals with WBS is described by several authors as "elfin face" and is characterized by periorbital fat accumulation, low nasal bridge, prominent cheeks, long nasal filter, thick lips, bitemporal depression, small and upturned nose, small chin, stellate iris pattern (observed mainly in individuals with light eyes), strabismus, malocclusion, and disorders of dental development. 2 Among the dental development disorders, the most mentioned ones in literature are microdontia, hypodontia, small roots, fused tooth, twinned tooth, taurodontism, enamel hypoplasia, and presence of generalized diastemas. 7 Occlusal changes have also been described, including predominantly
Angle class III malocclusion.
Considering that many dental development disorders may require careful treatment plan, it is important for the dentist to recognize and to search for these changes in people with WBS. Thus, the dentist can anticipate the dental needs and know the systemic implications to provide an efficient and safe dental care to the patient. Dental treatment was carried out in dental clinic without sedation although she did not wholly cooperate with the oral management. Sometimes certain degree of passive physical restraint was needed. We noticed the sensitivity of patient to the sounds of sucking and high-revving engine. Supra and sub gingival scraping and restoration of teeth with dental caries were performed. We have decided not to perform gingivoplasty due to poor cooperation of the patient, and the switch to hypotensive drug was not considered by cardiologists. We followed the recommendations of the American Heart Association 8 and since her congenital cardiopathy had been corrected surgically we did not perform prophylactic antibiotics before sub gingival scraping. Returns for preventive therapy were recommended every 6 months. Among our cases, three had a history of significant heart diseases, which had been surgically corrected in the patients 2 and 4. The patient 1 was awaiting heart transplantation, and his severe and unstable cardiovascular condition contraindicated dental treatment at that time. Since the removal of oral infection foci is important to the patient, the cardiologist was trying to compensate him before heart transplantation.
CASE REPORTS
In Case 2, neither heart disease nor hypertension limited dental intervention, since the patient was stable. She was taking amlodipine (calcium channel blocker) 5 mg two times a day, causing gingival overgrowth. Proper conduct for patients with hypertension is to measure the blood pressure (BP) before starting all dental visits. She was stable and the hypertension was under control. For this reason, the cardiologist decided to maintain the current medication even with it causing gingival overgrowth. The gingivoplasty was not performed due to poor cooperation of the patient. The stress caused by this surgery, as well as the slight discomfort after surgery, could contribute to increase BP of the patient. Considering that dental treatment should not interfere on the patient's hemodynamics, we avoided dental procedures that generate rapid changes in BP, heart rate, and myocardial oxygen demand. Therefore the dentist should minimize this stress by scheduling the patient in calm times, performing short visits, properly controlling the operative pain, and avoiding elective procedures.
Hypertension is described in 40-70% of children with WBS and is associated with aortic coarctation, nephrocalcinosis, nephropathy or renal failure, and diffuse arterial disease with few cases refractory to medication. It can be manifested later at school age and should be important to perform hypertension research in patients with WBS.
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Another systemic change that interfered with dental treatment was hyperacusis, which affects the patient's behavior during the consultation.
Approximately 94% of subjects with WBS 4 have heightened sensitivity to sounds. The implication in dental treatment may be directly related to the sounds of high revving engine and sucking, which can be very uncomfortable for people with WBS.
In the cases 1, 2 and 3, the individuals exhibited caries. The literature provides conflicting data on the incidence of dental caries in people with WBS.
Mozkovits et al. 2 reports that there is no difference in the decay rate in the general population comparing to WBS individuals. Axelsson et al. 
CONCLUSION
Before starting the dental treatment, the dentist should be aware about the cardiac condition of the patient with WBS, and identify their behavior in the doctor's office. The disturbance of dental development, especially hypodontia, should be considered in the dental treatment plan.
